Erythropoietic protoporphyria (EPP) is a rare disorder of heme biosynthesis caused by mutations in the gene encoding the enzyme ferrochelatase. In EPP, deficient ferrochelatase activity leads to the excessive production and biliary excretion of protoporphyrin (PP). The major clinical features of EPP are photosensitivity and hepatobiliary disease that may progress to severe liver disease, that are caused by the toxicity of PP. EPP-related liver disease has been treated medically or surgically including liver transplantation. We described a 20-year-old male with severe liver disease who was diagnosed with EPP based on clinical and laboratory findings. He was treated with cholestyramine resin. Six months after the treatment, he was doing well without any abdominal pain or photosensitivity. (Korean J Hepatol 2010;16:83-88) 
INTRODUCTION
Erythropoietic protoporphyria (EPP) is a genetic disorder involving deficient activity of ferrochelatase, the mitochondrial enzyme that catalyzes the insertion of iron into protoporphyrin (PP) to form heme. [1] [2] [3] In patients with EPP, PP becomes elevated in the bone marrow and erythrocytes, resulting in excessive production of PP.
Two principal clinical manifestations of EPP, Figure 1 . Acute photosensitivity reaction with poorly demarcated erythema, and edema was noted on both hands and wrists. each has potential problems, and none has been applied to sufficient numbers of patients to allow rigorous evaluation of efficacy.
We described an EPP patient with severe liver disease in whom administration of cholestyramine resin improved clinical symptoms and liver function.
Case report
A 20-year-old man visited our institution with abdominal pain, accompanied by jaundice and erythema on light-exposed areas, mainly on the forearms (Fig. 1) . Erythematous skin lesions were noted soon after birth. Since his late teens, the patient was aware of a skin disorder of poorly demarcated erythema and edema mainly on both hands and the wrists under the lights, for which he was treated intermittently for many years. In 
